Introduction {#sec1-1}
============

Segmental dilatation of ileum (SDI) is a rare entity characterized by an idiopathic sharply demarcated segment of dilated ileum. It is difficult to diagnose clinically in view of absence of specific signs and symptoms. We describe the case of a young patient with SDI with emphasis on the clinico-radiological aspects of this entity.

Case Report {#sec1-2}
===========

A 14-year-old male patient presented with complaints of vague abdominal pain and fullness on the right side of abdomen. He also had history of intermittent episodes of low-grade fever since 4 months. Clinical examination revealed mild distension on the right side of abdomen without a palpable mass. Laboratory investigations were normal except for anemia with Hb of 6.8 g% (normal range 13.5--17 g% for males). However, there was no history of any overt gastro-intestinal (GI) bleeding. Abdominal radiograph showed a large gas shadow in the right hypochondrium along with few enteroliths on the right side of abdomen \[[Figure 1](#F1){ref-type="fig"}\]. An ultrasound of the abdomen revealed a large unilocular cystic lesion showing air--fluid level in the right lumbar and iliac region. Contrast-enhanced computed tomography (CECT) of the abdomen revealed similar imaging findings with the cyst showing air--fluid level and appearing to be in continuity with the ileum, suggesting dilated ileal loop \[Figures [2](#F2){ref-type="fig"} and [3](#F3){ref-type="fig"}\]. However, no cause for obstruction could be found on CT. Barium meal follow-through (BMFT) examination was carried out later which proved that the cystic lesion was an aneurysmally dilated ileal loop with normal caliber of ileum proximal and distal to the dilated segment. The dilated segment showed normal peristalsis without evidence of any obstruction and was oriented along the long axis of the ileum \[Figures [4](#F4){ref-type="fig"} and [5](#F5){ref-type="fig"}\].

![Erect radiograph of the abdomen showing a large air shadow in the right hypochondrium (star) with few enteroliths within the shadow (arrows)](IJRI-28-369-g001){#F1}

![Coronal CECT abdomen of the patient showing a hugely dilated ileal loop in the right sub-hepatic region (star in "A"). The afferent loop is shown with white arrow in "A." The efferent loop is collapsed and lying close to the dilated segment (arrow in "D")](IJRI-28-369-g002){#F2}

![Axial CECT abdomen showing a large cystic lesion with air-fluid level and enteroliths. The efferent loop is marked with white arrow](IJRI-28-369-g003){#F3}

![Barium meal follow-through images (A and B) in the same patient showing passage of barium into the lesion (star in "A") with the orientation of the lesion along the long axis of bowel, confirming it to be segmentally dilated ileal loop. The afferent and efferent loops are marked with white and black arrows, respectively](IJRI-28-369-g004){#F4}

![Delayed image of the BMFT study showing barium in the large bowel which is normal in caliber. The ascending colon and hepatic flexure are displaced toward left by the dilated air-filled loop (arrow). Note that there is no residual barium within the dilated ileal segment](IJRI-28-369-g005){#F5}

Intraoperatively, there was large cystic dilatation of the mid-ileum, measuring about 15 × 14 cm, located about 90 cm proximal to the ileo-caecal junction causing postero-lateral displacement of the ascending colon \[[Figure 6](#F6){ref-type="fig"}\]. The cut section showed normal mucosal folds in the dilated segment with 3 × 2 cm irregular mucosa. Segmental resection with end-to-end anastomosis of the involved ileum was done. Postoperative course was uneventful. Biopsy showed normal bowel musculature and ganglion cells. An island of ectopic gastric mucosa was found corresponding to the irregular mucosa on gross examination. Final diagnosis of segmental dilatation of ileum (SDI) was made.

![Intraoperative finding of an aneurysmally dilated ileal loop (star) with proximal and distal normal appearing loops (arrows)](IJRI-28-369-g006){#F6}

Discussion {#sec1-3}
==========

SDI, also known as segmental mega-ileum or ileal dysgenesis, is an unusual congenital dilatation of a segment of bowel which most commonly involves ileum.\[[@ref1]\] The entity was initially reported by Swenson and Rathauser in 1959. Their case involved the colon. Since then, fewer than 200 cases have been published worldwide.\[[@ref2]\] They also proposed the following criteria for diagnosing this entity: (1) limited dilatation of bowel with threefold or fourfold increased size; (2) sharp conversion between dilated and normal intestine without an obvious obstruction; (3) the presence of normal neuronal plexus in submucosa and muscularispropria; (4) clinical presentation of obstruction or sub-obstruction; and (5) recovery after resection of the dilated segment.\[[@ref3][@ref4]\]

Presentation is commonly in infancy or childhood and symptoms vary with age at presentation. In the neonatal period, obstruction is the commonest feature owing to the aperistaltic bowel segment. However, later in life, the patient may present with GI bleeding, anemia, abdominal pain, or may be asymptomatic.\[[@ref2][@ref4][@ref5]\] The cause of overt or occult GI bleeding is attributed to the presence of ulcers and/or ectopic gastric mucosa within the dilated segment. A high proportion of these cases are reported to have other GI tract anomalies including omphalocele, malrotation, and Meckel\'s diverticulum.\[[@ref1][@ref2][@ref3][@ref4][@ref6][@ref7]\] A case of SDI with anterior thoracolumbar meningocoele and bilateral undescended testes has also been described in literature.\[[@ref7]\] In this report, the patient had vague abdominal pain with asymptomatic anemia, without any associated GI anomalies.

The etiopathogenesis is still debatable. However, most authors postulate an extrinsic source of compression *in utero* including a band in an exomphalos, a vitelline band arising from Meckel\'s diverticulum, or vitelline vessels that involute postnatally. Another theory suggests that during the period of physiologic herniation, the abdominal wall may act as an obstructing lesion. These hypotheses remain unresolved as of now. The possibility of local neuropathy or myopathy has also not been proved conclusively by histo-pathological studies.\[[@ref1][@ref2][@ref6][@ref8]\]

Radiological examinations are quite contributory to the diagnosis. Abdominal radiograph usually reveals dilated bowel loop on the right side with or without air--fluid levels, which may suggest possibility of cecal volvulus in the setting of intestinal obstruction. Ultrasound reveals a large cystic lesion, which may mimic a mesenteric cyst or duplication cyst of the small bowel. Barium studies disclose the nature of the lesion as being a dilated segment along the long axis of bowel, as opposed to Meckel\'s diverticulum or other small bowel diverticuli which show anti-mesenteric or mesenteric orientation. Other differentials may include aneurysmal dilatation in lymphoma or cavitating neoplasms, but CT usually suffices in ruling out these causes.\[[@ref3][@ref6][@ref8]\] CT enteroclysis is reported to be even more sensitive in diagnosing this lesion accurately by achieving adequate distension of bowel.\[[@ref6]\]

Exclusion of Hirschsprung disease is imperative before making the diagnosis of SDI where there is normal neuronal plexus within the dilated segment.\[[@ref3]\]

Many authors have also labeled this entity as a giant Meckel\'s diverticulum. However, there does exist some differences between the two, most important being the anti-mesenteric orientation of the Meckel\'s diverticulum as opposed to SDI, which is oriented along the long axis of bowel. Heterotopic gastric or pancreatic mucosa may be found in both the entities and should not be the criteria for diagnosing giant Meckel\'s diverticulum.\[[@ref9][@ref10]\]

The treatment is resection of the involved segment with end-to-end bowel anastomosis which has an extremely favorable outcome for the patient.\[[@ref1][@ref2][@ref3][@ref4][@ref5][@ref7]\]

Conclusion {#sec1-4}
==========

In the light of pauci-clinical manifestations, imaging has paramount role in reaching the correct preoperative diagnosis of SDI. High index of suspicion should be kept in young patients with unexplained anemia or GI bleed showing cystic dilatation of ileum. We also propose to change the nomenclature of giant Meckel\'s diverticulum because of the inherent differences between the two entities.
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